Conclusions: Absence of additional findings at prenatal MRI cannot exclude a non-severe form of SOD or mild related disorders but seems to rule out those cases with a poor outcome.
Objectives: Children with congenital heart disease (CHD) are at risk for adverse neurodevelopmental outcome. This likely originates from cerebral damage sustained in the peri-operative period. Recent studies suggest a fetal or early postnatal origin, reporting pre-operative cerebral lesions in up to 59% of neonates. The aim of our study was to explore whether neonates with prenatally detected CHD demonstrate cerebral lesions on ultrasound, shortly after birth.
Methods: A prospective cohort study was conducted in 60 consecutive CHD cases, with 59 healthy newborn controls. Genetic syndromes were excluded. Cranial ultrasound (CUS) was performed between 1 and 13 days after birth, before surgical intervention. Blinded images were reviewed by 2 ultrasonographers assessing structural anomalies, brain injury and/or atrophy, and minor variations. All noted findings were categorised, either as a major lesion, minor lesion of physiological variant. Results: We included 20 left-sided CHD, 6 Tetralogy of Fallot, 17 transposition of the great arteries (TGA), 5 right-sided CHD, 8 other cyanotic CHD and 4 minor acyanotic CHD. Physiological variants were seen in 58% of cases and 58% of controls. Findings (major or minor) requiring extra monitoring were identified in 13% of CHD neonates and 7% of controls (ns). Major lesions (hemorrhage, stroke, white matter injury) were identified in only 12% of the CHD neonates and not in controls (p=0,007). All 3 cases identified with stroke were diagnosed after undergoing balloon arterioseptostomy for TGA. Conclusions: In this study, conducted in an unselected cohort of prenatally detected, isolated CHD, the prevalence of major CUS anomalies is lower than previous reports. The most severe cerebral lesions are associated with pre-surgical endovascular interventions. Prenatal detection of the CHD might have a guarding effect on the brain in the pre-operative period. In contrast to previous literature, prevalence of minor CUS findings and physiological variants, such as choroid plexus cysts and striatal vasculopathy, do not differ between groups.
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Objectives: The diagnosis of Fetal Akinesia Deformation Sequence, FADS, is a challenge. We hypothesised that motor assessment is of additional value for in utero diagnosis of FADS before 24 weeks of gestation. Methods: All consecutive fetuses with ≥2 contractures on the 20 week structural anomaly scan (2007) (2008) (2009) (2010) (2011) (2012) (2013) (2014) (2015) (2016) were included. Findings at 1-2 biweekly advanced structural ultrasound examinations (ASUE), including motor assessment were analysed and related to outcome. Results: Motor assessments were performed in 66/80 fetuses. Based on the first structural ASUE, FADS was suspected in 13/66, arthrogryposis multiplex congenita (AMC) in 12/66, bilateral pes equinovares (BPEV) in 40/66 and Holt-Oram syndrome in 1/66. The first motor assessment changed the diagnosis in 24.2%, in 12/66 worsening to FADS (8 AMC and 4 BPEV) and 4/66 amelioration from FADS to AMC, resulting in 21 FADS, 7 AMC and 37 BPEV. Termination of Pregnancy (TOP) was performed in 12/66 after the first examinations (8 FADS, 2 AMC, 1 BPEV, 1 Holt-Oram). Second ASUE in 44 fetuses showed additional contractures in 2/8 FADS, of which one intrauterine fetal death. The second motor assessment changed the diagnosis in 5/43, one worsening from BPEV into FADS, 3 ameliorations from FADS to BPEV, 1 to AMC and confirmed FADS in the 7 living FADS fetuses by deterioration of motility, resulting in a total of 8 FADS, 6 AMC and 30 BPEV. TOP was performed in 9 (8 FADS, 1 AMC). From the 14 fetuses with no motor assessment before 24 weeks, 13 had BPEV and 1 developed FADS. The pregnancy outcome based on multidisciplinary examinations confirmed the prenatal diagnosis in all fetuses with FADS, AMC and BPEV. Genetic cause was found in 6/18 FADS and 2/7 AMC fetuses.
